Sir, Retinopathy of prematurity in an infant with Aicardi's syndrome
Here, we present the first case of an infant with Aicardi's syndrome (OMIM 304050), morning-glory disc abnormality, and stage III retinopathy of prematurity (ROP).
Case report
An infant girl born at 30 1 7 weeks who had received supplemental oxygen (birth weight 1220 g) was examined at 37 4 7 weeks post-menstrual age. Fundus examination disclosed optic nerve colobomas OU with a morning glory disc anomaly OS. Chorioretinal lacunae were present in a peripapillary distribution OU (Figure 1 ). The right eye had 3 clock hours of zone II, stage I ROP temporally and the left eye had 3 clock hours of zone II, stage II ROP temporally (Figure 2) . B-scan echography confirmed the presence of optic nerve colobomas and was negative for subretinal fluid. Magnetic resonance imaging was significant for agenesis of the corpus callosum. Skeletal survey X-rays were negative for costovertebral abnormalities. Over the next 2 weeks, the child went on to develop type 1 early treatment retinopathy of prematurity prethreshold disease and underwent laser photocoagulation to the avascular retina OU with resultant regression.
Comment
The pathognomonic chorioretinal lacunae in Aicardi's syndrome have been described as 'pseudotoxoplasmosis' 1 in a peripapillary distribution. 2 Histologically, they are defects in the choroid, choriocapillaris, and RPE and usually occur in the first trimester. 3, 4 This time period is also when the embryonic fissures close and the corpus callosum develops. Thus, developmental defects during this period could explain the findings in Aicardi's syndrome, but not in ROP. No teratogens or infections have been consistently implicated in Aicardi's syndrome; however, malformations are likely due to failure of apoptosis and the abnormal synthesis of a peptide growth factor that directs the migration, differentiation, and proliferation of embryonic cells. 5 This case highlights the fact that Aicardi's syndrome neither worsens nor reduces the severity of ROP, which was likely present in this child because of prematurity, a low birth weight, and the use of oxygen during the postnatal period.
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